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Introduction 
Spontaneous retroperitoneal haemorrhage in patients 
with neurofibromatosis are rare. 1'2 To our knowledge 
this is the first documented case who had to be treated 
by aortic grafting for rupture. 
Case Report 
A 35-year-old woman with known neurofibromatosis 
was admitted to a community hospital with a 1 day 
history of pain in the left lumbar region with radiation 
to the left leg after she collapsed. On arrival she was 
tachycardic and hypotensive. The haemoglobin was 
5.9 g /d l  and ultrasound of the abdomen demonstrated 
free fluid in the peritoneal cavity. Pregnancy was 
excluded and laparotomy was performed by a gynae- 
cologist for a suspected ruptured ovarian cyst. Little 
blood was found intraperitoneally but there was a 
massive retroperitoneal haematoma. He therefore 
closed the abdomen and referred the anaesthesised 
patient o the vascular unit of our hospital. On arrival 
the patient presented with a normal blood pressure 
(110/70 mmHg) and a tachycardia of 120/rain. Phys- 
ical examination showed a huge mass in the left 
abdomen and a CT scan confirmed a massive re- 
troperitoneal haematoma with ventral displacement 
of the left kidney and displacement of the abdominal 
organs to the right (Fig. 1). As the cause of bleeding 
Fig. 1. CT scan of the abdomen showing a massive retroperitoneal haematoma with displacement of e aorta, vena cava and intestine 
to the right side of the abdomen. 
1078-5884/97/030337+ 0  $12.00/0 © 1997 W.B. Saunders Company Ltd. 
338 P. Wigger et al. 
Fig. 2. Preoperative angiogram showing a small aneurysm of a left 
lumbar artery. 
was not found and as the patient's cardiovascular state 
was stable an angiogram was performed, dem- 
onstrating a 1.5 cm wide aneurysm in the region of 
the left 4th lumbar artery (Fig. 2). 
The patient was taken to theatre and relaparotomy 
was performed. After opening the large retroperitoneal 
haematoma we found massive bleeding from the in- 
frarenal aorta due to a left lumbar artery which was 
torn out of the aortic wall. We clamped the infrarenal 
aorta and tried to suture the aortic wall but this was 
not possible due to friability. We therefore resected 
the anterior part of the infrarenal aorta, sutured the 
backbleeding lumbar arteries from within and replaced 
the aorta from below the renal arteries to the bi- 
furcation with a 14ram PTFE-tube graft. Both ana- 
stomoses were performed using the inlay technique 
for the back wall. The distal anastomosis was very 
difficult and had to be augmented using interrupted 
sutures with teflon pledgets due to the poor quality 
of the wall. 
The postoperative course was uneventful and the 
patient was discharged on the 10th postoperative day. 
Twenty-four months postoperatively she is well with- 
out any symptoms. Histological examination of the 
aortic wall showed an irregular thickness which was 
due to a narrowing of the media with elastolysis 
(Fig. 3), elastin fragmentation and increased mucoid 
degeneration. In addition, in the adventitia, we found 
many S 100-positive cells probably of neural origin. 
Vasa vasorum were also seen in the media. 
Fig. 3. Histology showing the media with elas olysis. 
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Discussion 
Haemorrhage has been reported as a complication 
of neurofibromatosis I-3. The usual reason is pressure 
necrosis of the arterial wall caused by neurofibromas. 1'4 
In several cases the source of bleeding was not found. I'5 
In the literature there are four previously reported 
cases of neurofibromatosis associated with retro- 
peritoneal haemorrhage. ~'2'5'6 In two cases 1'5 no bleeding 
cause was found at laparatomy and the patients died 
shortly after the operation. In one case 6 the patient 
survived after two operations although no bleeding 
source was found and in the 4th case 2 the bleeding 
source was the head of the pancreas. The starting point 
of bleeding in our patient was a spontaneous rupture 
of the origin of a left lumbar artery. The aortic wall 
was so fragile that most of the infrarenal aorta had to 
be replaced by a PTFE graft. Histologic examination 
demonstrated alterations of the arotic wall described 
and classified by Reubi 7'8 and later by Feyrter 9 and 
Ratzenhofer. I° The lesions in our patient belongs to 
the intimal-aneurysmal type, which is often associated 
with the development of small aneurysms l~ as in this 
case. 
The study of Salyer and Salyer 11 indicated that vas- 
cular involvment is common in neurofibromatosis 
although severe haemorrhage is an uncommon com- 
plication.To ur knowledge this is the first described 
case presenting with a massive retroperitoneal haem- 
orrhage due to a rupture of a fragile abdominal aorta 
involved by neurofibromatosis von Recklinghausen. 
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